V W, girl, born 29.5.53 History: Since January 1964 persistent but variable swelling of left parotid gland. Initially painful with general malaise but no fever. Subsequently painful only occasionally, but slight tenderness every third or fourth day when swelling at its maximum. For five months similar firm swelling of right parotid.
Since May 1964 slowly progressive changes in hands resulting in 'spindling' of fingers and reduced joint mobility. Also many subcutaneous nodules (2-3 mm in diameter) near joints and tendons, mostly involving hands, but also elbows and ankles. Family history: A maternal uncle had rheumatic fever as a boy. No 
Comment
The classical features of Sjogren's syndrome are rheumatoid arthritis and uncomfortable dryness of the eyes and mouth. The eye signs are those of filamentary keratitis and reduced tear secretion (keratoconjunctivitis sicca) and the xerostomia may or may not be associated with parotid gland enlargement.
When rheumatoid arthritis is absent the sicca syndrome may be found with other collagen diseases such as disseminated lupus erythematosus, scleroderma and polyarteritis nodosa. Associated features include polymyositis, Raynaud's phenomenon, achlorhydria, hepatosplenomegaly and Hashimoto's thyroiditis. The incomplete syndrome is common so that only one or two features may be apparent for many years. However, investigation of such patients often reveals additional diagnostic evidence such as impaired tear secretion (Schirmer's test) in those free of eye symptoms and positive rheumatoid serology in patients who have no history or signs of rheumatoid arthritis (Bunim 1961) . This patient has 'definite' rheumatoid arthritis (American Rheumatic Association criteria 1958). Her subcutaneous nodules are histologically like those of rheumatic fever but in juvenile rheumatoid arthritis this usually is so (Bywaters et al. 1958) . She also has chronic firm parotid swellings which vary in size but never disappear and which closely resemble those of previously described cases of Sjogren's syndrome. Pus cannot be expressed from the parotid ducts, so excluding primary chronic bacterial parotitis. Parotid enlargement due to sarcoid is also excluded as she does not have other features of the disease and the Kveim test is negative (Greenberg et al. 1964) . Differentiation from Mikulicz's disease is unnecessary as it is now established that this is one manifestation of Sjogren's syndrome (Morgan 1954) .
The age and sex distribution of this condition is approximately that of adult rheumatoid arthritis. Apart from one boy of 15 years with submaxillary gland swelling following rheumatic fever five years before (Morgan & Both twins resuscitated by intubation and endotracheal oxygen. Placenta uniovular. Subsequent physical examination showed no abnormalities.
Progress: Normal until 36 hours old, when cyanotic attacks developed in both, associated with hypertonicity and generalized twitching. Cerebral irritation was diagnosed and sedation given. No further cyanotic attacks, but twitching continued intermittently. Electrolytes normal; blood glucose 65, plasma calcium 9 7 mg/100 ml; CSF and skull X-rays normal.
On the 4th day Twin 1, and subsequently both twins together at intervals of two to three weeks, had sudden episodes of collapse characterized by waxy pallor, extreme limpness, sweating, irregular respiration, tachycardia and abdominal distension. Within two to three hours of the onset of each attack there was marked hyperglycemia (blood glucose up to 400 mg/100 ml) which disappeared within four to six hours. Clinical improvement began after about four hours and was always heralded by the passage of urine containing glucose. Recovery was complete in two to four days. Throughout each attack the blood pressures were normal and between attacks the blood glucose was normal. The episodes seemed unrelated to diet.
Intermittent twitching unassociated with attacks continued, becoming worse, and it was apparent that both children were extremely retarded. In the resting state they were pink, rather bloated babies, though with no demonstrable cedema, with no awareness of surroundings and very little, if any, normal motor activity.
Investigations
Intravenous glucose tolerance, intravenous glucagon, insulin sensitivity and adrenaline sensitivity tests were performed by the methods of Cornblath et al. (1963) . Glucose tolerance tests showed a very rapid fall in blood glucose from the initial high level; k value' equalled 5 8 and 5-3 (Fig 1) .
Glucagon tests gave normal responses. Insulin sensitivity tests produced a rapid fall in the blood glucose to levels of less than 10 mg/100 ml (Fig 2) . Adrenaline sensitivity tests provoked a normal response in Twin 2, but in Twin 1 the blood glucose rose rapidly to a level of 325 mg/100 ml and was associated, after forty-five minutes, with a typical collapse episode (arrowed, Fig 3) .
Biological pressor amine excretion was increased during a period of collapse, as compared with the resting values (Table 1) . Catechol amine excretion was also increased during a collapse when compared with the resting state and with control values in normal babies of similar age collected at the same time (Table 1) . EEGs in the resting state were grossly abnormal, with much spike activity, and, in Twin 2, lk value: the diminution rate of the blood sugar in percentage per minute. See Lundbaek k (1962) Brit. med. J. i, 1507
